At 9 years of age she underwent right upper lobectomy. A postoperative chest x ray is shown in fig 3. A small pneumothorax resolved after conservative management. She required one course of intravenous antibiotics six weeks after surgery and since then has remained extremely well. At six months follow up she has occasional coughing after exercise and is no longer producing sputum. Figure 3 Postoperative chest x ray ofcase 3. productive of sputum. Nutritional status was poor because of persistent anorexia. Detailed reassessment at 7 years of age revealed complete destruction of the right upper lobe, which was resected. Postoperatively she has a significant increase in exercise capacity and is no longer regularly producing sputum. Her appetite remains poor.
Case 6
This patient was diagnosed with cystic fibrosis at 5 months because of respiratory symptoms.
Recurrent chest infections caused intermittent radiological changes in the right upper and lower lobes for the next 18 months, but cleared. He remained well until aged 4 years, when he developed increasingly frequent respiratory symptoms with right lower lobe infiltrates on chest x ray. At 7 years he was requiring intravenous antibiotics six weekly. Because of the increasing severity of symptoms and localised disease on chest x ray he was referred for right lower lobectomy. Postoperatively he developed a tension pneumothorax. This was treated with closed thoracotomy chest tube drainage but his condition deteriorated. Repeat thoracotomy identified an infarcted right middle lobe which was resected. At three years follow up he is much less productive of sputum and normally active. He receives elective intravenous antibiotics three-monthly. His previously severe finger clubbing has significantly improved.
Discussion
We have carried out surgical resections in 6 children between 1989-1995. Our clinic currently sees 180 children under full or shared care arrangements and there are approximately 200 other CF children within the region with access to our centre. Isolated lobar abnormalities are relatively rare in CF and their frequency in our clinic would seem to agree with that reported elsewhere.4
It was reassuring to discover that lung function was maintained or improved in most cases after surgery. This was not the case in one series which included children with radiographic evidence of diffuse as well as severe localised disease and preoperative lung function less than 50% ofpredicted.3 Results in this group were variable. Detailed imaging in our series ensured that bronchiectasis was confined to the resected lobes. Examination of excised lung confirmed that the resected tissue was performing no useful function in any of the cases.
All patients were colonised with P aeruginosa preoperatively. Subsequent cultures showed continued colonisation in all patients except Nos 1 and 6, who have remained clear of P aeruginosa for five years and six months respectively following surgery. We cannot state whether surgery has increased long term survival, but quality of life was undoubtedly improved in all cases. Our expectation is that the removal of infected, inflamed tissue will limit the spread of bacterial pathogens to other lung areas.
More aggressive early treatment with new agents such as DNAse might have prevented progression to severe bronchiectasis. However, none of our cases had received this drug and four of the children would not have fulfilled local criteria for its use up to the time of their operations. Four of the children already had advanced lung damage when first seen at our centre. Earlier diagnosis and treatment through neonatal screening might have prevented their need for surgery.
Our results suggest that surgical resection is a worthwhile option in selected children who have severe localised symptomatic bronchiectasis and a poor response to medical treatment. Surgery is not a contraindication to lung transplantation although there is an increased risk of bleeding.5 Detailed assessment in a regional centre is necessary to identify those children who might benefit from this unusual approach. Intensive preoperative and postoperative care are essential to the good outcomes described.
